action dystonia of distal distribution in all four limbs. Repeated blood tests for copper, ceruloplasmin, aminoacids, pH, lactate and pyruvate levels were normal. An electroretinogram showed reduced amplitude and very prolonged latencies. Cortical somatosensory evoked potentials and motor and sensory nerve conduction velocities were normal. A CT brain scan and a right carotid angiogram were normal. The only abnormality found in the CSF was a protein content of 7 g/l. Repeated subsequent CT scans revealed bilateral low density of the caudate nucleus, putamen and thalamus, with no enhancement (fig 1) . The level of consciousness gradually deteriorated until he was in coma, showing a slight reaction to pain. The pupils were fixed and medium in size. Oculocephalic, oculovestibular and corneal reflexes were abolished. Tendon jerks, cutaneo-abdominal and plantar reflexes also disappeared. Respiration became irregular. The patient died of cardiorespiratory failure two weeks after admission. He was treated with phenobarbitone (150 mg/day) and i.v. thiamine (1200 mg/day).
The necropsy was carried out immediately after death. No macroscopic or microscopic abnormalities were found outside the nervous system. The brain weighed 1530 g. Macroscopically, there was bilateral uncinate herniation, more pronounced on the left side. The cortex presented diffuse haemorrhages of patchy distribution. There were bilateral necrotic cavities in the caudate nucleus and putamen (fig 2) The thalamic nuclei were dark gray. Haemorrhages were observed around the aqueduct of Sylvius, below the floor of the fourth ventricle and in some cerebellar folia. Microscopically, there were diffuse lesions in the cerebral cortex with spongiosis, proliferation of fine-walled capillaries and recent perivascular haemorrhages (fig 3a) . The neurons were mostly preserved; only a few were shrunken and pycnotic. In the hippocampus, the cortex showed neuronal loss and glio-Necrotising haemorrhagic encephalomyelopathy in an adult: ? Leigh Haematoxylin & eosin; bar = 310 pm.
The distinction between the adult form of Leigh's disease and Wernicke's encephalopathy is based fundamentally on the topography of the lesions, which morphologically are very similar. Denis Leigh, in his initial description of the subacute necrotising encephalomyelopathy, considered the diagnostic possibility of a Wernicke's encephalopathy in an infant.32 In the present case, neuropathological findings are compatible with both diagnoses. The involvement of the optic nerves, gray matter of the spinal cord, substantia nigra, the necrotic cavitation of the striatum and the severe bulbar and pontine lesions, are more suggestive of Leigh's disease than of Wernicke's encephalopathy.3 3 
